with systemic corticosteroids after being diagnosed with Behcet's disease 14 years previously. The patient had previously undergone aortic valve surgery three times in another hospital for the management of aortitis and consequent aortic regurgitation associated with underlying Behcet's disease. The first two mechanical aortic valve replacement (AVR) procedures had been performed 14 years previously, followed by a Ross procedure two years after the second operation.
When the patient presented to our emergency department, he was in severe shock (systolic blood pressure, 65 mmHg) despite maximal intravenous inotropic support (epinephrine and norepinephrine), and exhibited a drowsy mental state. On enhanced computed tomography, a contained aortic rupture was found around the aortic root and the ascending aorta, abutting the sternum. The contained hematoma was measured up to 72 mm in diameter (Fig. 1 ). An emergency operation was planned. A transesophageal echocardiography performed in the operating room showed mild aortic regurgitation (AR) and severely depressed cardiac function with a left ventricular (LV) ejection fraction of 17% despite full inotropic support.
Massive hemorrhage during the reopening of the sternum and consequent catastrophic events were anticipated; therefore, deep hypothermic circulatory arrest (DHCA) was im- plemented before opening the sternum, using femoral cardiopulmonary bypass (CPB) with direct trans-apical LV venting through a left-side mini-thoracotomy (Fig. 2) . Once the nasopharyngeal temperature cooled to 18 o C, sternal opening was attempted using an oscillating saw. As expected, a massive hemorrhage occurred from the ruptured aorta while the hematoma was being removed after sternal opening, at which point the CPB was stopped. Distal ascending aorta clamping was achieved securely within one minute of DHCA, and CPB was restarted. Two discrete rupture sites were found in the aorta: one at the distal anastomosis site of the previous Ross procedure and the other at the right coronary button site (Fig. 3 ).
After complete adhesiolysis of the mediastinum and the removal of the previously implanted pulmonic autograft, several tiny pseudoaneurysms were identified at the level of the aorto-ventricular junction, and further resection of this area was therefore conducted. DHCA was then reimplemented (15 minutes) in order to conduct hemiarch replacement using a 28-mm Hemashield vascular graft (Boston Scientific, Boston, MA, USA), which was followed by the reimplementation of CPB and systemic rewarming. During this period, complete root replacement was carried out, using a 27-mm composite 
DISCUSSION
Cardiovascular involvement in Behcet's disease is a rare but life-threatening condition; in particular, involvement of the aortic root is known to be the leading cause of death in patients with Behcet's disease [1] . Surgical treatment of the aortic valve is required in these conditions, however, conventional AVR is frequently complicated by prosthetic valve detachment due to the fragility of the aortic tissue and recurrent inflammation [2, 3] . Various surgical methods have been suggested to improve the outcomes of the surgical treatment of aortic root diseases associated with Behcet's disease [4] [5] [6] .
Since observations have revealed that the inflammation in Since this patient had been suffering from cardiac insufficiency attributable to preoperative shock, preventing LV distention injury during DHCA was believed to be crucial for minimizing further myocardial damage associated with the surgical procedures.
The intensive transfusion of blood products, including platelet concentrate and fresh frozen plasma, was performed after transferring the patient to the ICU. Serious mediastinal bleeding and a coexisting low cardiac output state requiring ECMO support gradually improved during postoperative ICU care after the correction of coagulopathy. We believe that an optimal surgical strategy and dedicated intensive care allowed the patient to recover from a desperate condition.
In conclusion, we report the case of a patient with Behcet's disease presenting with a contained aortic rupture in the pre-
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− 367 − vious surgical sites of the aortic root, who was treated with a sophisticated surgical approach and postoperative care. The long-term outcomes associated with this procedure need to be addressed in further studies.
